Immune mediated necrotizing myopathy (IMNM) is a unique form of myositis that is characterized by distinct muscle biopsy features including abundant myofiber necrosis, degeneration, and regeneration with only minimal, if any, inflammation on muscle biopsy. IMNM is clinically similar to idiopathic inflammatory myopathy (IIM); hence, muscle biopsy is essential to diagnose IMNM. Herein we describe a case of neck extensor weakness due to necrotizing myopathy. Isolated weakness of the neck extensor muscles is uncommon in IIM and IMNM.
Introduction
Idiopathic inflammatory myopathies (IIMs) are rare diseases with an insidious onset of muscle weakness. Primary idiopathic polymyositis (PM), primary idiopathic dermatomyositis (DM), juvenile dermatomyositis (JDM), inclusion body myositis (IBM), cancer related myositis, and myositis with collagen vascular disease are included in the group of IIM disorders. Immune mediated necrotizing myopathy (IMNM) is a distinct form of myositis recognized in the diagnostic classification scheme in 2003. 1 It is characterized by muscle fiber necrosis and phagocytosis and absent or only minimal inflammation on muscle biopsy. Of the several criteria published to date, the first set by Bohan and Peter 2,3 remain the mainstay of diagnosing IIM.
Skeletal muscle involvement in IIM, except in IBM, is usually bilateral and symmetric in distribution. Patients with IBM have a predominantly distal or asymmetric involvement. Severity of the weakness severity and muscle group involvement are also different in IIM. With PM and DM, the weakness is worse in the proximal muscles and muscles of the lower extremities. 4 Isolated involvement of the neck extensor muscles is rare in IIM and IMNM. Herein we present a middle-aged man with insidious onset of neck extensor weakness. This case outlines the broad differential diagnosis of neck extensor muscle weakness and highlights occurrence of neck extensor muscle weakness as the sole manifestation of IMNM.
Case Presentation
A 60-year-old Caucasian man presented to the outpatient clinic with complaints of progressive (Table 1) . Myositis of the neck flexors in IIM is common, although weakness of the neck extensors resulting in dropped or floppy head is very rare. 7 Individual case reports of dropped head have been described in Parkinson's disease 8 and after hemispheric striatal infarction. 9 Nine cases of dropped head syndrome associated with systemic autoimmune diseases have also been described. 10 Immune mediated necrotizing myopathy (IMNM), recognized by necrosis with mild or no inflammation, occurs in various conditions such as dermatomyositis, antisynthetase syndrome, statin use, anti-signal recognition particle-associated myopathy, or scleroderma associated myositis. 11 The clinical presentation of IMNM is similar to IIM; hence, muscle biopsy is necessary for diagnosing IMNM.
Therapies utilized in INEM based on case reports include systemic steroids, intravenous immunoglobulins, and other immunosuppressants such as methotrexate, mycophenolate mofetil, and azathioprine. 12, 13 Treatment response to the various strategies has been variable. Our patient was started on supervised physical therapy for strengthening of the affected neck muscles, and he was treated with high dose glucocorticoids and methotrexate followed by azathioprine, with no improvement in neck extensor muscle weakness. The neck extensor weakness remained stable after an initial several months of decline with mild elevation of muscle enzymes. He remains employed full-time, and he did not develop skeletal muscle weakness elsewhere, even after 2.5 years of follow-up. To our knowledge there is only one other report of a case of biopsy-positive
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14 That patient, however, also had muscle weakness in the proximal muscles of the upper and lower extremities. Our case is unique in that motor weakness remained confined to the neck extensor muscles without clinical signs of relapse in the follow-up period of 2.5 years.
INEM constitutes an isolated myopathy of neck extensor muscles. It is distinct from focal myositis, a condition of skeletal muscle characterized by focal enlargement within a single muscle and histopathologic features of inflammatory myopathy. 15 The latter generally has a favorable prognosis and does not require sustained immunosuppressive therapy. The etiology of INEM is unknown. A monophasic focal inflammatory process restricted to neck extensor muscles has been postulated. 16 A mechanical stretch from kyphotic posture and age-related loss of tissue elasticity producing injury to cervical paraspinal muscles has also been proposed by Katz and colleagues. 6 Treatment response in INEM is variable. In a case series, four out of the five patients had a relatively benign course, while one patient had further progression of weakness and involvement of neck flexors and proximal muscles. 6 This is unlike IIM, which may begin as a focal disorder with secondary generalization varying in severity from mild disease to extreme disability.
Conclusion
Isolated weakness of the neck extensor muscles is a rare condition. A thorough investigation for neuromuscular and systemic autoimmune diseases should be performed in all cases of isolated neck extensor weakness. The treatment decision is challenging, due to the rarity of the illness, and treatment responses are variable. Physical therapy should, however, be part of any treatment 
